corded in familial pancreatitis (Comet et al. 1963) . The nature of the hereditary anomaly is not fully known, but there is easing eviOe N tt the basic defect may be abnormal emr al development affecting the anatomical' arrangement of the pancreatic ducts. Thus Comet et al. (1963) describe a boy aged 9 years in whom, at operation, the duct of Wirsung was very dilated and did not communicate with the duodenum; Robechek (1967) Chrosomes: 49 XXXXY (blood and skin); father 46, XY, mother 46, XX. Xg gteup: patient and his parents all Xg(a+) (Dra R Race and R Sanger).
Discussion
The 49 XXXXY syndrome was first described in 1960 and Zaleski reviewed 33 cases in 1966. Now more than 60 cases have been described, including 6 with evidence of mosaicism. Approximately 50 of these cases are fairly fully documented. Reviewing these, the most characteristic features appear to be the unusually round facies with ocular hyper-Section ofPcediatrics 19 telorism, broad flat nasal bridge and rather highly arched eyebrows. Severe mental retardation, usually with an IQ below 50, is reported in all patients tested, with one exception who was normal at 15 months (Shapiro et al. 1970 ). Short stature, hypotonia and skeletal anomalies are also found very frequently. The latter often take the form of radio-ulnar synostosis. The genitalia are hypoplastic, with a small phallus, underdeveloped scrotum and small testes, which are often undescended. Other features frequently found are intrauterine growth retardation, microcephaly, retarded bone age, a short neck and malformed ears. In some patients, aswould be expected with an excess of X chromosomes, the total digit ridge count is reduced. Testis histology is often very abnormal, with scanty tubules and absent spermatogenesis. Five patients have had patent ductus arteriosus.
The Xg blood group, which is located on the X chromosome, may be helpful in determining the origin ofthe extra X chromosomes. In a few of thesepatients the mother and child havebeenfound to be Xg (a-), and the father Xg (a+); the extra X chromosomes are therefore maternal in origin, and may arise as a result of multiple nondisjunction during oogenesis (Lewis et al. 1964, Race & Sanger 1968 ).
In two cases there have been other nondisjunctional events in the family. In one case of 49 XXXXY syndrome (Miller 1961) , the father died of chronic lymphatic leukeemia, one of his sisters was a primary G trisomic Down's syndrome and another sister had a primary G trisomic Down's syndrome child. In a further case (Atkins et al. 1968 ) the brother, half-brother and father of the proposituscarrieda D/D centric fusion. In addition the brother also had a primary G trisomic Down's syndrome.
Of 43 cases where the maternal age was recorded, 28 % were less than 25 years, 21 % were It is interesting that the analogous situation in the female, 49 XXXXX, appears rare and only two cases have been recorded. Although these patients have similar facies, skeletal anomalies and are mentally retarded, there are no genital abnormalities. They may possibly not be recognized for this reason.
In the case of our patient, because of his mixed racial origin his abnormal facies was not considered significant, and the main features leading to the diagnosis were his abnormal genitalia and hypotonia. As far as can be ascertained this is the first case of 49 XXXXY syndrome to be diagnosed in the neonatal period.
Melioidosis and Chronic Granulomatous Disease M J Tarlow MB MRCP
(for June Lloyd MD FRCP) (Hospitalfor Sick Children, Great Ormond Street, London WCJ) R A, boy aged 3. This patient is a non-identical twin, born in Singapore to healthy unrelated European parents. The case has been briefly discussed in a review of chronic granulomatous disease by Thompson & Soothill (1970) . History: Developed cervical adenopathy at age 10 months (not 18 months as stated by Thompson & Soothill 1970) . Biopsy of affected lymph node taken two months later showed a chronic granulomatous reaction with caseous necrosis. Despite the absence of demonstrable Mycobacterium tuberculosis and negative Heaf and Mantoux tests, he was treated with antituberculous drugs (streptomycin, PAS and isoniazid) and the adenopathy cleared.
He remained well for a year and then, at the age of 2, developed listlessness, fever and meningism. CSF examination was normal. Despite treatment with chloramphenicol and ampicillin in normal
